DEAR EDITOR
===========

We describe herein an unusual cause of recurrent lower abdominal pain of the young male, which is rare and therefore maybe misdiagnosed and scarcely reported.

A 23-year-old man with continuous pain in the lower abdominal quadrants (predominantly the left lower quadrant) over the last month, without identifiable maneuvers that cause relief or worsen the pain. He also referred increasing urinary frequency. He denied fever, weight loss, or changes in bowel habits. His past medical history included the diagnosis of a solitary kidney (congenital renal agenesis).

The physical examination depicted a soft and depressible abdomen, which was painful on palpation in both lower quadrants, without any mass, swelling, or signs of peritoneal irritation.

The ultrasound showed a simple cystic image in the pelvis, adjacent to the left common iliac vessels, with the maximum size of 40 mm. The computed tomography (CT) scan confirmed left renal agenesis ([Figure 1](#g01){ref-type="fig"}), and revealed marked dilation of the left seminal vesicle, with cystic formation at its extremity, measuring 43 × 44 × 47 mm ([Figure 1](#g01){ref-type="fig"}). Thereby the hypothesis of Zinner syndrome (ZS) was raised. With this working diagnosis, the patient was submitted to a laparoscopic excision of the seminal vesicle, which was uneventful. The pathological anatomy report confirmed the presence of a seminal vesicle cyst without malignancy ([Figure 2](#g02){ref-type="fig"}).

![abdominopelvic CT. **A --** axial plane; **B --** Coronal plane -- showing seminal vesicle cyst (arrow); **C --** axial plane; **D --** Coronal plane -- showing left renal agenesis (asterisk).](autopsy-09-02e2019088-g01){#g01}

![**A --** Gross view of the left seminal vesicle (arrow) and cyst (asterisk); **B --** Photomicrograph of the cystic wall lined by cuboidal epithelium without atypia and a mild lymphocytic infiltration of the cyst wall consistent with a seminal vesicle cyst (HE, 200x).](autopsy-09-02e2019088-g02){#g02}

Acute abdominal pain in the lower quadrants, in males, may be caused by a rare condition as the Zinner syndrome (ZS).[@B001]^,^[@B002]

In 1914, A. Zinner[@B003]^,^[@B004] described the syndrome, which was later named after him. This syndrome is characterized by the association of a triad of Mullerian duct abnormalities, comprising the congenital unilateral renal agenesis, an ipsilateral seminal vesicle cyst, and an ipsilateral ejaculatory duct obstruction. ZS is rare and presents the incidence of 0.00464% in men.[@B005]^,^[@B006] The ZS description comprises the seminal vesicle cyst with ipsilateral renal agenesis and obstruction of the ejaculatory duct with an ectopic ureter.[@B007]^,^[@B008] According to Maehana et al.,[@B009] to date, just over 200 cases of ZS have been described. It is considered the male counterpart of the Mayer-Rokitansky-Kuster-Hauser syndrome of females. Although the description---and most cases---involve the organs of the same side of the body, four cases have been reported with contralateral renal agenesis.[@B008]

This development anomaly is rare and generally asymptomatic. The ZS results from an insult occurring between the 4th and 13th gestational week.[@B010]^,^[@B011] However, other authors refer the insult (such as mutation of metanephric blastema, or disruption of retinoic acid signaling)[@B004] as occurring before the 7th week of gestation as a preponderant factor.[@B003]^,^[@B004]

This anomaly is the result of an incomplete migration of the ureteric bud that fails to fuse with the metanephros, which leads to renal agenesis/dysplasia, atresia of the ejaculatory duct, and obstruction and cystic dilatation of the seminal vesicle.[@B010]

The symptomatic cases are characterized by perineal pain, painful ejaculation, lower urinary tract symptoms, and other urinary symptoms.[@B009]^,^[@B012] Van den Ouden et al.[@B013] described dysuria (37%), urinary frequency (33%), perineal pain (29%), epididymitis (27%), and pain after ejaculation (21%) as the main complaints in a series of 52 patients with the diagnosis of ZS. Abdominal pain is a rare symptom of ZS. When present in the suprapubic or lower quadrant, it can be explained by ureterocele or seminal vesicle cyst growth, which elicits an inflammatory reaction in the surrounding viscera.[@B009]

The diagnosis of ZS can be incidental, such as in the work-up of infertility.[@B013]^-^[@B015] Malignant transformation in the seminal vesicle cyst is rarely reported.[@B004]

The symptoms, when present, start by the second to fourth decade of life (during highest sexual activity), and mostly when cysts exceed 50 mm.[@B003]^,^[@B005]^,^[@B010]^,^[@B016] Our patient is in the third decade of life, and the cyst was 47 mm. He presented mainly with continuous abdominal pain in the lower quadrants and frequent urination.

The differential diagnosis of cystic image in the pelvis in males includes: cyst or cystic dilatation of the prostatic utricle, ejaculatory duct cysts (all three in midline), abscess, ectopic ureterocele, prostatic cysts, ejaculatory duct cyst, diverticulosis of the ampulla of the vas deferens, and all cystic pathology of the seminal vesicle (mega vesicles, hydatic cyst, hemorrhage, and hypotonic neuropathy).[@B007]^,^[@B017]

The diagnostic work-up and the differential diagnosis may be aided by several imaging modalities, such as like abdominal or transrectal ultrasonography, which show the cystic nature and evaluate the relationships with pelvic organs. An abdominopelvic CT scan is better to confirm renal agenesis and to define the anatomy of pelvic structures. Magnetic resonance imaging is better than CT in delineating the anomalies, in demonstrating peripheral pelvic structures, and in planning the surgery.[@B012]^,^[@B016]^,^[@B017]

The treatment of ZS depends on the presence or absence of symptoms as well as the cyst size. In an asymptomatic patient, the treatment can be conservative with follow-up. For symptomatic patients or cysts greater than 50 mm, the best approach is laparoscopic (as proposed to our patient) or robotic techniques, with surgical excision of the seminal vesicle cysts.[@B009]^,^[@B012]^,^[@B017] These techniques can relieve the symptoms while preserving fertility and erectile function.[@B017]^,^[@B018]

CONCLUSION
==========

We highlight the diagnosis of ZS when a clinician is facing a young male patient with a history of renal agenesis who complains of chronic or recurrent abdominal pain. ZS is a rare condition of abdominal pain, but its correct diagnosis allows the appropriate treatment, which can be minimally invasive surgery in the symptomatic patient or if the cyst is greater than 50 mm.
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